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Dendritic cell neuroﬁbroma with pseudorosettes is a recently proposed, rare variant of neuroﬁbroma. It
has a distinctive histopathological ﬁnding that is composed of two types of cells that form a pseudoro-
sette, which may be easily misdiagnosed as other neural tumor. Here, we report one typical case in order
to raise awareness of this entity.
Copyright  2012, Taiwanese Dermatological Association.
Published by Elsevier Taiwan LLC. All rights reserved.Introduction
Dendritic cell neuroﬁbroma with pseudorosettes (DCNP) was ﬁrst
described by Michal et al in 2001.1 It is characterized by a unique
histopathological pseudorosette pattern that is composed of two
main types of cells: small lymphocyte-like cells that form concen-
trically around larger cells. Here, we report a Taiwanese case of
DCNP and review the hitherto reported cases.Case report
A 43-year-old female presented with one skin-colored, dome-
shaped tumor on her right index ﬁnger that had been visible for
years (Figure 1A). Neither tenderness nor itchiness was present.
The tumor gradually enlarged and was excised. She was a generally
healthy person. There were no other similar skin lesions, and no
other members in her family had relevant or similar diseases.
Grossly, it was a tan-white tumor in the dermismeasuring 9 mm
in greatest dimension. Microscopically, the epidermis was relative
normal. Many oval-shaped tumor lobules were vertically oriented
and extended deep into the dermis (Figure 1B). At higher2, Zhongshan N. Rd., Zhong-
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).
iwanese Dermatological Associatiomagniﬁcation, it was apparent that the tumor nodules were
composed of two main cell types. There were many smaller
lymphocyte-like cells with round dark nuclei and inconspicuous
cytoplasm. The other larger cells had abundant eosinophilic cyto-
plasm and vesicular nuclei. Most of the larger cells were concen-
trically surrounded by the smaller cells, which together formed
pseudorosettes (Figure 1CeD). Pinkish inclusion bodies were
occasionally present in the cytoplasm of the larger cells. Some of
the larger cells had perinuclear clearing that mimicked scroll.
Neither atypia nor mitosis was seen in this specimen.
The ﬁbrous capsules of the tumor lobules were positive for
epithelial membrane antigen, indicating perineurial differentiation
(Figure 2A). Both the small and large cells of the tumor islands were
positive for S-100 protein (Figure 2B). The long, slender, spider-like
cytoplasmic extensions of the larger cells were clearly stained for
S-100.
DCNP was diagnosed according to the characteristic patholog-
ical ﬁndings. There was no recurrence until 2 years after total
excision.Discussion
DCNP is a rare histological variant of neuroﬁbroma.1e4 A total of 25
cases, including the patient reported in this article, have been
previously described.1e5 Their characteristics are summarized in
Table 1. Among these patients, there were 15 males and 10 females.n. Published by Elsevier Taiwan LLC. All rights reserved.
Figure 1 (A) A solitary ﬂesh-colored dome-shaped nodule on the right index ﬁnger. (B) Several oval-shaped nodules ran their long axis perpendicular to the epidermis. (C)
Numerous pseudorosettes located inside the perineurium. (D) The pseudorosettes were composed of two main types of cells, dark, small cells arranged concentrically around the
larger pale-stain cells. (H&E, original magniﬁcation, B  40, C  100, D  400.)
Figure 2 (A) Epithelial membrane antigen (EMA) stained the perineurium wrapping
around the tumor nodules (EMA, original magniﬁcation  100). (B) S-100 proteins
stained both type I and type II cells with accentuation of type II cells. The type II cells
had slender dendritic extensions. (S-100, original magniﬁcation  400).
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45 years. Most of these patients were Caucasian. The lesions mostly
manifested on the trunk (40%), followed by the hands (20%) and
face (20 %). All of the reported neoplasms followed a benign clinical
course. No evidence of recurrence or metastasis has been reported
so far.
Clinically, this tumor typically presents as a solitary, fresh-
colored, protuberant or dome-shaped tumor. Histologically, the
neoplasm is lobulated and located in the dermis; rarely, larger
tumor elongates and inﬁltrates deeply into the subcutis. A mul-
tinodular arrangement can be seen in the deeper parts of the
neoplasm. The two main types of cells have been described as
type I and type II cells. Type I cells are small, dark, lymphocyte-
like cells with irregularly cleaved nuclei and infertile cytoplasm.
Type II cells are larger, pale-stained cells with vesicular nuclei
and abundant eosinophilic cytoplasm. Type I cells usually run
concentrically around the type II cells; this formation constitutes
the characteristic pseudorosette appearance.
The origin of this tumor was debated at ﬁrst. Some authors
considered it as an, until then, undescribed form of melanocytic
nevus with neural differentiation (i.e., neuronevus)5 due to the
focal and faint nuclear staining of the type II cells by tyrosinase
antibodies and explicit evidence of deﬁcient ultrastructural neural
differentiation. Dmitry et al subsequently published an example of
DCNP that arose exclusively inside the perineurium, which indi-
cated a neural origin.2 Immunohistochemical staining provided
more evidence in support of neural differentiation of this tumor.
Both types of cells are positive for S-100 proteins and CD57. The
tumor lobules are embraced by an epithelial membrane antigen-
positive perineurium. In our case, the epithelial membrane
antigen-positive perineurium outlined the periphery of the tumor,
also suggesting that the tumor originated inside the peripheral
nerve twigs. A variable population of cells reacts positively to CD56
and PGP 9.5.1,2 If CD34 staining is performed, it may highlight
ﬁbroblast-like spindle cells in the tumor stroma. Even though most
researchers believe that this tumor is a variant of neuroﬁbroma, an
Table 1 Clinical features of reported cases.
Reference Age (y) Sex Location Size Follow-up
Michal et al 26 M Back 5 mm NA
48 F Left posterior thorax 3 mm NA
42 M Chin 6 mm NA
24 M Left ﬂank 8 mm NED, 24 y
42 F Hand 3 mm NED, 21 y
52 M Right lower eyelid 3 mm NED, 21 y
NA F Left forefoot 4 mm NED, 14 y
43 M Cervical area 12 mm NA
NA M Nose 3 mm NED, 8 y
73 M Left mental area 6 mm NED, 4 y
27 M Left hand 8 mm NED, 3 y
61 F Right hand 3 mm NED, 1 y
43 M Left shoulder 9 mm NED, 4 y
35 F Midline buttock 17 mm NED, 2 y
52 M Left lower leg 4 mm NED, 1 y
38 F Behind the right ear 4 mm NED, 1 y
48 F NA 9 mm NED, 3 y
47 F Left hand 4 mm NED, 6 y
Simpson et al* 53 M Occiput and back 25 mm and 4 mm NA
Dmitry et aly 53 M Right shoulder NA NA
62 F Abdomen 11 mm NED, 1 y
52 M Left shin Pea-sized NED, 4 y
30 M Presternal chest Pea-sized NED, 2 y
48 M Left scapula Pea-sized NED, 5 y
The Case 43 F Right index 9 mm NED, 2 y
NA ¼ not applicable.
NED ¼ no evidence of disease.
* Two tumors in one person with cafe au lait spotting.
y Exclusively intraneural growths reported.
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only one reported case who had two lesions and one large cafe-au-
lait spot.3 Therefore, most reported cases, including the one pre-
sented in this article, do not have convincing features that indicate
a relationship with neuroﬁbromatosis.1,4
One of the most important histological differential diagnoses is
plexiform neuroﬁbroma,6 which is also a kind of the peripheral
nerve sheath tumor comprised of multifocal tumor nodules. Unlike
DCNP, plexiform neuroﬁbroma clinically presents as a pendulous
tumor, and histologically lacks pseudorosettes.1,6 Other differential
diagnoses include tumors that have a rosette-like structure, such as
neuroblastoma-like neurilemoma, neuroblastoma-like schwan-
noma, and epithelioid schwannoma.1,2 They can be accurately
differentiated according to its pattern or cytological features, such
as acellularity or having true lumen in the centers of true rosettes.
In summary, here we report an uncommon variant of neuroﬁ-
broma and provided evidence of an Asian patient with similarﬁndings found in Caucasians. Pathologists should be aware of its
unique features and diagnose correctly.References
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